Key words: crescentic glomerulonephritis; IgA nephro-attacks and urolithiasis from the age of 27 years, along pathy; platelet aggregation; polycythaemia vera with mild proteinuria and haematuria and mild polycythaemia 5 years before admission, blood values were haematocrit (Htc ) 52%, white blood cell count 13 000/ml, red blood cell ( RBC ) count 5 600 000/ml,
Introduction
and platelet count 434 000/ml. There was no family history of hypertension; however, his father also had gout.
Although cases of erythrocytosis with concomitant
On admission, the patient was afebrile, but the skin glomerulonephritis (GN ) have occasionally been on his face had a reddish hue. There was considerable reported, there are few reports regarding polycythaeeczema around the nose, cheeks, and forehead. The mia vera. Polycythaemia vera is a myeloproliferative optic fundi showed retinal haemorrhage compatible disorder resulting from clonal expansion of a transwith stage III hypertension and stage II arteriolosclerformed haematopoietic stem cell associated with prominent overproduction of erythrocytes, and to a lesser otic retinopathy by Scheie's classification. Cardiac ausextent expansion of granulocytic and megakaryocytic cultation revealed accentuated second and fourth heart elements. Previous reports presented three cases of sounds. There was neither splenomegaly nor abdompolycythaemia vera associated with diffuse mesangiop-inal bruit. Both lower extremities had pruritus and the roliferative GN [1 ], and one case associated with ankles were swollen with tenderness. Henoch-Schö nlein purpura nephritis [2] . None of Patient 2, a 51-year-old male with a prior history of these cases was examined by immunofluorescence (IF ) polycythaemia vera was referred to our department in or electron-microscopy ( EM ). We report on two September 1983 for the evaluation of intense propatients with concomitant polycythaemia vera and teinuria and haematuria. He had a 10-year history of immunoglobulin-A nephropathy (IgA-N ) with simul-bilateral pruritic legs and a 6-year history of a floating taneous aggravation of proteinuria and erythrocytosis. sensation with some episodes of fainting and dysbasia. Renal biopsy specimens of both patients showed active At 47 he was hospitalized with cerebral infarction, and crescentic GN with mesangial proliferation accompan-polycythaemia vera with mild proteinuria was simulied by mesangial predominant depositions of IgA. EM taneously diagnosed. However, the treatment with revealed aggregated platelet adhesion to the capillary busulfan and phlebotomy did not start until the next walls of the glomeruli. The possible pathogenesis for year when he began to complain of headaches, nausea, the simultaneous aggravation is discussed.
vomiting, and right facial palsy. He had been normotensive and among his relatives, only his father had moderately high blood pressure.
( 34.2 ml/min; 62.9 ml/min respectively). Blood chem-botomy normalized the PRA in patient 1. Anticoagulant therapy with 20 000 units of heparin istry revealed increased serum uric acid (11.1 mg/dl; 9.2 mg/dl respectively), and serum creatinine was elev-and 150 mg of dipyridamole was administered each day. In addition, steroid pulse therapy was initiated ated in patient 1 (1.6 mg/dl ) and normal in patient 2 ( 1.0 mg/dl ). Cortisol, catecholamine, thyroid and with 500 mg methylprednisolone for 3 days followed by 40 mg oral prednisolone per day. Urinary protein parathyroid hormone levels were within the normal range. High plasma renin activity (PRA) (4.5 ng/ml/h) decreased to 1.5 g/day and serum creatinine level improved to 1.2 mg/dl. Disease activity of polywas noted in patient 1. Antineutrophil cytoplasmic autoantibodies (ANCA) were negative in patient 1. cythemia vera was also alleviated. As shown in Table 1 , both patients showed marked elevation of Htc with poikilocytosis, target cells, metaDiscussion myelocytes, and myelocytes. 51Cr-labelled autologous red cell measurement disclosed elevated RBC mass despite depressed serum erythropoietin (Epo) and Two patients with rapidly progressive type IgA-N with concomitant polycythaemia vera were reported. In normal arterial oxygen saturation in both cases. Bone marrow aspirations demonstrated hypercellularity and these patients, the diagnoses of polycythaemia vera were based on clinical manifestations, physical findings, normal cell maturation with an increased number of megakaryocytes and myeloids. Philadelphia chromo-and laboratory results including the increased numbers of three blood cell lineages. Both patients had somes were negative. Erythrocyte stem cell assay in patient 2 disclosed the Epo independence of endogen-depressed serum immunoreactive Epo levels, which is accordant with the earlier report of Cotes et al.
[3]. ous erythroid colonies. Platelet aggregability in patient 2 was also decreased.
Furthermore, in patient 2, early erythroid progenitors from the bone marrow produced endogenous erythroid Both renal biopsy specimens showed moderate mesangioproliferative lesions with mesangial IgA bursts in the absence of Epo, which is a typical finding of polycythaemia vera [4] . ( Figure 1a ) and C3 deposition. IgA was the predominant immunoglobulin detected in the IF study. In
Only two reports of polycythaemia vera with concomitant renal parenchymal disease have been pubpatient 1, six of 17 (35%) glomeruli showed global sclerosis and another seven showed cellular or fibrocel-lished [1,2], whereas erythrocytosis with accompanying renal disease has been reported more often. First, lular crescent formation (Figure 1b ) . Necrotizing arteritis with occlusion of the small arteries was sporadically Plomley et al. [1 ] reported six patients with polycythaemia vera and proteinuria. It is interesting that half of observed. EM revealed platelets with and without granules, in addition to mesangial electron-dense the cases showed mesangioproliferative GN accompanied by hypertension as in our patient. However, deposits, attached to the capillary walls along with microthrombi ( Figure 2 ). In patient 2, two of 11 (18%) the diagnosis of IgA-N was not clearly established, since there were no data from IF studies. Second glomeruli were globally sclerosed and showed fibrous crescent formation. There were no necrotizing arterial was a combination of polycythaemia vera and Henoch-Schö nlein purpura [2 ] which showed creslesions detected in this case. Scattered atrophic tubules with fibrosis and moderate cellular infiltrations were centic GN. The histological findings of necrotizing crescentic GN resembled that of our patients who had observed.
Treatment with manidipine, methyldopa and phle-no signs of Henoch-Schönlein purpura. They specu- aDatum measured after emergency phlebotomy of 250 ml of blood. bGrowth rate of endogenous erythroid colonies in the absence of erythropoietin is expressed as a percentage of the growth rate in the presence of erythropoietin. cMaximal aggregation by collagen was 54% and aggregation by adrenaline (5 mM ) was absent in aggregometer. ND, not done. . Electron-microscopy in patient 1. Electron-dense deposits in the mesangial area ( large arrow) and platelets in the capillary lumina are seen. Some of these platelets (small arrows) demonstrate characteristic granules, aggregate together, with elongated pseudo-legs. Another ( large arrowhead) is attached to the capillary wall. Around these platelets, fibrin-like materials (small arrowhead ) form in contact with the endothelium. (×4000).
